We report two brothers with a cystic malformation of the kidneys, liver, and pancreas. In both cases the malformation was fatal and the children died shortly after birth. The pathological findings, consisting of multicystic dysplastic kidneys, dilated and dysgenetic bile ducts, dilated pancreatic ducts, and polysplenia, correspond to those reported by Ivemark as renal-hepatic-pancreatic dysplasia. Many polymalformation syndromes include cystic affectation of these three organs, so this syndrome could be an isolated entity or a final common pathway of response of these organs to a variety of developmental disturbances, which could also include splenic abnormalities. We propose an autosomal recessive pattern ofinheritance for renal-hepatic-pancreatic dysplasia.
In 1959 Ivemark et al' described a syndrome of renal-hepatic-pancreatic dysplasia in two sibs. No other cases were reported during the next 19 years. In 1978, Crawford2 described a similar syndrome in two sibs, one of whom had splenic agenesis and cardiac transposition. Shortly thereafter, Strayer et al3 published a sporadic case and Bernstein et al4 reviewed this syndrome in 1987 and reported five unrelated cases of renal-hepatic-pancreatic dysplasia.34 Lastly, Carles et al5 in 1988 reported another sporadic case, with clinical features almost identical to the other described cases. We have studied two brothers affected by this syndrome and we suggest an autosomal recessive pattern of inheritance.
Potter's facies and mild scrotal oedema. Examination of the internal organs showed that both kidneys were enlarged and cystic and the weight of both was 68 g (normal weight 32 g). Neither 
